Porphyria cutanea tarda (PCT) has been described in association with various autoimmune disorders includingdermatomyositis, rheumatoid arthritis, Felty's syndrome and, most freqently, lupus erythematosus. We describe two patients with discoid lupus erythematosuswho subsequentlydeveloped PCT, possibly as a result of treatment with hydroxychloroquine.
123nmol!24h (normal <246), and on high performance liquid chromatography the urine showed a porphyrin excretion profile typical of PCT with a uroporphyrin peak. The patient 'would not provide a stool sample. Biopsy of a scaling plaque confirmed discoid lupus, and the histological appearance of a blister was typical of porphyria. Liver biopsy showed mild fatty change, minimal iron deposition and porphyrin crystals. The patient was treated by venesection and topical steroids but before remission he again defaulted.
CASE 2
A woman aged 37 was first seen in November 1982 with a 3-year history of erythematous scaling atrophic plaques on the face and hypopigmented and hyperpigmented scarring on the dorsa of both hands. A skin biopsy confirmed the diagnosis of discoid lupus erythematosus. In July 1983 she was started on topical steroids and hydroxychloroquine 200 mg twice a day in a reducing dose, which controlled her symptoms. From October 1983 to January 1986 she was maintained on hydroxychloroquine 200 mg alternate days. However, in 1987, while on topical treatment only, she defaulted. In 1995 she was admitted to hospital with depression and a 6-year history of alcohol abuse. On examination she had severe hypopigmented and hyperpigmented scarring on sun-exposed sites. In addition, she had blisters on the dorsa of both hands and facial hypertrichosis.
Abnormal laboratory results were serum aspartate aminotransferase 681U/L (normal <40), ALT 1431U/L, GGT 2521U/L, alkaline phosphatase 306 lUlL, and serum ferritin 154 ngl mL (normal 8-110). Autoantibody screening was normal and tests for hepatitis A, Band C were negative.
Porphyrin analysis was typical of PCT, with urinary uroporphyrin excretion 767 nmol!24 h and faecal coproporphyrin 59 nmol! g dry weight (normal < 40). Urinary coproporphyrin excretion was normal; on high performance liquid chromatography isocoproporphyrin and heptacarboxylporphyrin peaks were consistent with porphyria cutanea tarda. The patient was treated with topical steroids since her main complaint was scarring from discoid lupus. Venesection may be considered as additional treatment in the future.
DISCUSSION
Discoid lupus erythematosus IS a chronic autoimmune disorder that may be localized or generalized. It is aggravated by light. Porphyria cutanea tarda is a disorder of haem biosynthesis caused by deficient uroporphyrinogen decarboxylase activity and is most commonly found in middle-aged men. Iron overload, alcohol, oestrogens, and viral infections, notably hepatitis C and HIV, are important precipitants.
The coexistence of lupus erythematosus and porphyria was first described by Wolfram in 1952 1 ; of 55 patients with PCT, Clemmensen and Thomsen/ found that eight had a positive anti-nuclear factor, and on review of the literature they found 13 cases of PCT and systemic lupus erythematosus. We have traced 11 reported cases of discoid lupus and PCT, all of whom had been treated with antimalarials 3 -7 . In three, antimalarial treatment was thought to have precipitated PCT7.
Chloroquine releases tissue-bound hepatic porphyrin, facilitating its excretion in the urine". Very low dose oral chloroquine (125 mg twice weekly) is a safe and effective treatment for PCT9. However, chloroquine toxicity in the treatment ofPCT is well described 10. There have been reports of patients with PCT developing ascites and going into hepatic coma after receiving antimalarials. Accidental administration of 1250 mg of chloroquine resulted in a death 11. For treatment of discoid lupus erythematosus much higher doses of chloroquine and hydroxychloroquine are used. Therefore, in patients with risk factors for PCT, particularly alcohol abuse, iron overload, hepatitis, or HIV infection, PCT should be excluded before antimalarial treatment.
successfully by surgery. The infant also had areas of cerebral infarction.
CASE HISTORY
A female was born after a normal vaginal delivery. Her mother was known to have used cocaine throughout pregnancy.
On delivery the baby was in good condition but her weight was well below the third centile. She was transferred to the neonatal unit because of her growth retardation and for observation for signs of drug withdrawal. Urine toxicology confirmed antenatal cocaine exposure and was negative for other drugs.
There were no problems until day 12 when she became irritable, with poor feeding and tachypnoea, and was found to have a gallop rhythm and absent femoral pulses. A chest X-ray showed evidence of pulmonary oedema and an urgent echocardiogram showed left ventricular hypertrophy and poor ventricular function. There was a tight coarctation of the aorta distal to the innominate artery. No aortic thrombosis was seen.
She was started on a prostaglandin infusion and transferred to a paediatric cardiac surgical unit. On incision of the ascending aorta, a large thrombus was found which
